, is very rare, most recorded cases also showing coloboma or orbital cyst. The following example is thought worthy of record because of its rarity, its illustration of the histological features described as characteristic of the disease and the presence of several extra-ocular congenital malformations associated with it.
History
A female infant was found at birth to have multiple congenital malformations. The child was the second in the family, the first being a one year old female who is normal. There was no history of illness during the mother's pregnancy.
On examination, there was complete bilateral hare-lip and cleft palate, the pre-maxilla presenting as a snout.
No eyes were visible and the palpabral fissures were much narrowed. Crepitations were heard in the lungs but the cardiovascular system appeared normal as did the central nervous system apart from the eyes. Death occurred two days after birth.
At autopsy, no abnormality was found in the brain or optic nerves but both eyes were very small, measuring scarcely I cm. in diameter, and appeared sunk in the head. There was no associated diminution in the size of the orbit. The lungs were not fully expanded and there vol. lxi (Campbell, 1943 (Campbell, , 1948 . The general picture, similar in both eyes, was one of advanced intraocular disorganisation (Figs. 7 and 8). The most striking feature was the condition of the retina which showed much folding and convolution, with extensive detachment and displacement into the vitreous space. The detachment was not complete (Fig. 9 ) and varied considerably in the different sections examined, but in some planes it extended forwards to the ora serrata. Some mitotic figures were found in the outer nuclear layer (Fig. 10) , suggesting that folding of the retina was, to some extent, still an active process and not merely a passive plication due to contraction of fibrous tissue.
In the right eye, much coagulum lay between the pigmented epithelium and the other retinal layers as well as among the folds ; there was little coagulum in the left eye. The retinal folding was greatest around the entrance of the optic nerve, which continued forwards into the vitreous space (Fig. 11, o) and here many folds and rosettes of varying size were found (Fig. 12) (Fig. 14) . Here, in addition to the retinal folds, the clear cells of the ciliary epithelium had proliferated and grown into the retrolental fibrous tissue to the midline (Fig. 14, c) . The pigmented cells of the ciliary area seemed to be proliferating independently but with less displacement. Both lenses were greatly altered. They were small, even in relation to the small eyes as a whole, irregularly rounded and showed extensive degeneration. In the left lens and to a lesser degree in the right, necrotic areas of amorphous, coarsely granular material stained deeply with haematoxylin, suggesting calcific deposit (Fig. 15,# (Fig. 14, /) . The ciliary muscles and iris in both eyes appeared poorly developed ; on one side of the right eye, well-formed cartilage had been laid down in fibrous tissue adherent to the ciliary processes?an intraocular metaplastic malformation (Fig. 16, c (Campbell, 1948 Fig. 4 , a diphtheritic infection), with retinal detachment and folding and a contracting fibrous tissue (Fig. 17) as in the developmental forms but the microscopical appearances of the inflammation are usually diagnostic. The (Reese and Blodi, 1950; von Winning, 1952; Maumenee, 1951 Though pure microphthalmia is very rare, v. Hippel considered that a wide range of ocular defects are only different stages of malformation of the optic anlage. The range would include microphthalmia with or without other ocular anomalies, synophthalmia, cyclopia and anophthalmia (Werber, 1915) , and even atrophy or absence of the optic nerve. There is much experimental evidence to support the position that arrest of development with malformation is due to environmental factors affecting the organ anlage at a critical time of its growth and differentiation (Mall, 1917 ; Stockard, 1920; Willis, 1950 
